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B paHHoV paboTe M3NoKeHa KNMHUYECKas XapakTepUCTKa U OCOBEHHOCTU hepMEHTHOTO CTaTyca
NeNKoUUTOB NepudepuyecKor Kposm y 62 AeTel C HacneACTBEHHBIMU FeMONUTUYECKIMI aHEMUAMU
(HIA). ABTOpamm yCTaHOBNEHbI 3HAUMUTENBbHBIE KIVHUYECKME N3MEHEHMA CO CTOPOHbI BHY TPEHHMX
OPraHoB (renatocnieHoMeranus, apTepranbHasa rMNOTOHNA, OfbIWKA B MOKOE, TaxMKapaus,
npuUrayLleHvie TOHOB CEPALLA, CUCTONMUYECKIN LWYM), a TakKe BblparKeHHOe CHIKeHVE aKTUBHOCTM
OKMCANTENBHO-BOCCTAHOBUTENBHbBIX 3H3MMOB (Ha 25 — 509% No CpaBHEHWIO C FPYMNMO KOHTPOA),
yKa3blBaloL1e Ha ryboKMe MeTabonmueckmne HapyLweHNa B OpraHmn3Me BCIenCTBUE XPOHUYECKOW
reMMYeCKon MMNOKCUM 1 HaPYLWEHNA TOMeOoCTasa enesa.

KnioueBble cnoBa: Hac/1eICTBEHHbIE FEMONUTUYECKME aHEMUK, OKUCITUTENBbHO-BOCCTAHOBUTENbHbIE
SH3MMbI, reMnyeckad rmnokCcna, reMoCcnaepo3 BHYTPEHHKX OPraHOB

AKTyanbHOCTb. [1pobnema 13yyeHnsa pasnuHbiX acnek-
TOB HaCNeACTBEHHbIX FeMONTUTUYECKUX aHemnit (HIA)
ABNACTCA aKTyallbHOW B JeTCKOM rematonornu. Okono 5%
XUTenen 3eMHOrO Wapa ABAAIOTCA HOCUTENAMN FEHOB,
OTBETCTBEHHbIX 3@ aHOMANMIO reMornobuHa. ExxerofHo ¢
3TOM aHOManven poxaaloTca 1 ymypatot 6onee 300 000
FOMO3MWIOTOB MM CMELIaHHbIX reTepo3nroTos [1,2]. Ha-
6niogaemble npu HIA, runokcemmna 1 HapyLeHvie romeo-
CTa3a MMKPO/IeMEeHTOB HEraTVBHO BAMAIOT Ha QYHKLMIO
HEPBHOW, CepaeYHO-COCYANCTON, SHAOKPUHHOM 1 ApY-
VX CUCTeM, MPUBOAAT K BbIPAXKEHHBIM AUCTPODUUECKKM
M3MEHEHMAM B OpraHax 1 TkaHax [3-5].

HI'A ABNAIOTCA OAHVMM 113 PACNPOCTPAHEHHbIX 3a-
6oneBaHN cpeav AeTCKOro HaceneHus Pecnyonuku
TamxnKncTaH [6,7], NO3TOMY M3yUeHMe Takmnx acnekToB
KaK COCTOsAHME OOMeHa BeLLeCTB Ha KNeTOYHOM YPOBHE
TpebyeT NpoBeAeHNA [OMONHUTENbHbBIX UCCIef0BaHWI.

Lienb nccnepgoBaHus: 13yyeHne KInHNUKO-
UMTOXMMUNYECKIMX OCODEHHOCTEN Y ieTel C Hacnea-
CTBEHHbIMI FTEMONIUTUYECKMM AaHEMUAMM.

Matepuan n metogpbl. B ycnosuax AeTckoro remaTo-
NIOrMYyeckoro otaeneHns HaumoHanbHoro MeguLmH-
CKOro UeHTpa Pecnybnunku Tagk1KUCTaH 3a nepuop
2003-2006 rT. Hamu 0bcnenoBaHo 62 pebérka ¢ HIA
(bepmeHTONaTUS, Tanaccemmns, HacneACTBEHHbIN MUKPO-
chepoumnTo3s) B Bo3pacTe oT 2 Ao 15 neT. [leBoyek 6bi10
32, Manbunkos — 30. B MoMeHT obcnefoBaHmna cpeaHuin
BO3pacT 0bCNeaoBaHHbIX AeTel cocTasnan 8,6+0,45 ner.

BonbHble HbinK pasfenieHbl Ha Tpy rpynrbl B 3aBUCMO-
CTW OT CTeMNeHN TAXKECT 3a00neBaHus: Nérkaa cTeneHb

(10 peten), cpeaHen TaxkecTn (16) 1 TAxENaa CTeneHb
(36). KoHTponbHyto rpynny coctasunm 30 300pOBbIX
neten (CpeaHnin BospacT — 8,81+0,84 ner).

Bcem getam ¢ HIA npv nOCTYNNEHN B KNMHKKY, NpOBe-
[leHO MoMHoe KNMHMKo-NabopaTopHoe obcneaoBaHme,
BKSIIOYaA Pa3BEPHYTHIN 0OWMI aHanm3 Kposu, Mopdo-
NOTUI0 3PUTPOLMTOB, BUMOXMMUYECKOE NCCefoBaHME
KPOBW (00WM 6UnMpy6rH 1 ero dpaxumn, dope3s re-
MOTNOOMHA, CbIBOPOTOUYHOE Xene30, NPoTerHOrpamMma),
a TakXKe MCCnefoBaHme KOCTHOrO Mo3ra. AnA oueHku
COCTOAHMA OOMEeHa BELECTB Ha KNIETOUYHOM YPOBHe
NPOBELEHO KOIMUYECTBEHHOE LIUTOXMMMUYECKOE NCCe-
[0BaHVe GepMeHTATUBHOWM aKTVBHOCTY NEMKOLUMTOB [8].

CratcTnyeckan obpaboTka pe3ynbTaToB UCCnefoBaHNnA
npouseeeHa ¢ MCnonb3osaHnem t-kputepna CTbloeH-
Ta, Pa3NNUUA CYNTANUCL CTATUCTUYECKM 3HAUYUMBIMUA,

Korfa BepOATHOCTb OWWHOK Oblna MeHbLe 5% (p<0,05).

Pesynbratbl 1 nx 06cyxaeHune. B xone nccnenosaHmus
BbISIBSIEH BbICOKMI MPOLIEHT pepMeHTonaTum — aeduum-
Ta rMoko30-6-pocdataervaporeHassl (40,3%), nanee, no
yacToTe, CefoBav FOMO3MIOTHOE U reTePO3UroTHOE
CocTosHMe no R-Tanaccemun (puc. 1).

Mpwv aHanv3e NooBO3PACTHOM XapaKTEPUCTUKIN BOMb-
Hbix HIA yCTaHOBNEHO, UTO OCHOBHYI0 MacCy obcneo-
BaHHbIX COCTaBMNV AETU MAAALLIErO LKOMbHOIO BO3pac-
Ta — 35 (56,5%), nanee, AeT AOWKONBbHOrO BO3pacTa
—-21(33,9%) n ctapuwero Bo3pacTa — 6 (9,7%) (Tabn.1).

Ne3, NtOJ1b-CEHTABPb 2012 T.
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PUC. 1. PACMPEAENIEHUE BOJIbHbIX HFA MO BAPUAHTAM 3ABOJIEBAHUA (%)

TABJIMLIA 1. PACNPEOENEHWUE AETEW, BONbHbIX HIA

Manbunkm 8 18 4 30
[leBoykmn 13 17 2 32
Bcero 21 35 6 62

Mpu aHanv3e aHaMHeCTUYeCKMX JaHHbIX HaMn OOHapy-
XeHa cnefyiollaa 3akoHoOMepHOCTb: 37 aetein (59,7%),

cTpafatowmx HIA, poamnmnch OT poACTBEHHbIX OPAKOB.

Y 23 (37,1%) 60nbHbIX IETEN UMENUCH U APYTUe UneHbl
cembi TMbO POACTBEHHVIKM, BOMbHblE HACEACTBEHHbI-
MV FEMONTUTUYECKUMU aHEMUAMMU.

BaxkHbIM GaKTOPOM ABNAEGTCA 1 ONpeAeneHyie 4aBHO-
CTn 3aboneBaHna: 12 (19,4%) aeteit CTpafatoT AaHHOM
naTonorven C paHHero Bo3pacTa, y 33 (53,2%) — 3abone-
BaHMe NPOTEKAET Ha NPOTAXEHUM OT 2 MeC. O 2 NeT, Y
16 (25,8%) pneten — ot 2,5 0o 10 neT.

Cpean »anob, npeabasisembix 60AbHbIMY, Npeobna-
[anuv CYUMMTOMbI, CBSI3aHHbIE C NMOCNEACTBUAMMN remmuye-
CKOW FUMOKCUM 1 HapyLLIeHVeM MeTabosm3ma KNeToK 1
TKaHE: BbIpaxkeHHasA CNaboCTb, BANOCTb, FONOBOKPY-
KEHME, TONOBHbBIE 00K, OAbILLIKA B MOKOE W MW He-
3HaUMTENBbHOM GU3MUECKON Harpy3ke, cepauebrieHme.
Benyliee MeCTo 3aHVUMany Takxe »anobbl Ha 61eaHOCTb
N KENTYLWHOCTD KOXKW, @ TaKXKe 3HaunTeNbHoe yeenunye-
HKe XK1BOoTa (Tadn. 2).

Kak BUAHO W3 TabnuLbl 2, cpean anob, npeabss-
nAeMbIX O0NbHBIMK, JOMUHNPOBaNK cNabocTb (y BCex
neten), ObiICTpan yToMNAeMOCTb NpK Harpy3ske (75,8%),
CHWXeHWe anneTuTa (82,3%). VI3MeHeHuA Co CTOPOHbI
LIHC nposagnanuce ronosokpyxeHnem (59,7%), Ledan-
rmen (27,4%), wymom B ylwax (45,2%) v menbKaHvem
Myluek nepep rnasamu (30,6%). Kanobbl Ha 6neaHOCTb
N XKENTYLIHOCTb KOXW npedbasnanm 87,1% v 33,9%
O0SbHbIX AEeTEN, COOTBETCTBEHHO.

TABJIULIA 2. OCHOBHbIE XKAJTOBbl AETEWN,
CTPAZAIOLLMX HTA

1. CnabocTb, BANOCTb 62 100
5 E:;;Tﬁsfpgigmﬂewlocm 47 758
3. [TonoBokpy»keHue 37 59,7
[ONOBHbIE 6O 17 274
5 MenbkaHne myLiek nepes 19 306
rnasamm
6. lym B ywax 28 452
7. CHWXeHve anneTuTa 51 82,3
8. [obnegHeHne KoXxu 54 87,1
9. KenTywWwHOCTb KOXM 21 339
10. OpplliKa B nokoe 17 274
11. CeppuebvieHne 35 56,4
2 fepmesonuene g
13 Tﬂe?jiblmeHme TemnepaTypbl 75 403
14. TskecTb B noapebepbe 16 258

Cpenu »kanob, xapakTepu3syoLnx nopaxeHvie cepiedHo-
COCYANCTOM cucTeMbl y fieTen ¢ HIA, Begy WMy ABUANCH
cepauebrienve (56,4%), HeNpUATHbIE OLLYLLEHWA B 00-
nactv cepaua (29%), opllika B nokoe (27,4%).

HemanoBaxHoe 3HayeHmne UMenn Takme »anobbl, Kak
yBenuueHne obbEmMa K1BOTa 1 TAKECTb B Noapebepbe,
BCTpeuvatowmeca y 37,1% u 25,8% obcnefoBaHHbIX.
KpoBoTeueHs pa3inyHOro NponcxoxKaeHus (Hocosble,
[eCHEBbIE, KNLEYHBIE) U CUHSAKM Ha KOXE BbIABEHbI B
14,5% cnyyaes.

Ne3, NtOJTb-CEHTABPb 2012 .
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PUC. 2. CPABHUTEJIbHAAl XAPAKTEPUCTUKA APTEPUAJIBHOIO IABJIEHUA Y OETENA C HIA
B 3ABUCMMOCTU OT CTEMEHU TAMXKECTU

PaccTponcTBa enyaouHO-KMWeYHOro TpakTa NpoABs-
Nnch B BUAe bonel B xumBoTe (16,1%) 1 K1AKOro CTyna
(9,8%).

[NoBbllWeHVe TemnepaTypbl Tena otMeyeHo y 25 (40,3%)
60/bHbIX, BEPOATHOM NPUYMHON KOTOPOTO ABAETCA UH-
TEHCMBHbIM NPOLIECC remonn3a (reMoNUTUUYeCKUin Kpms).

MccnepoBaHme 0ObeKTUBHbIX JaHHbBIX MOKa3asno, YTo
oblee cocToAHMe 60bHbIX C HIA Npw nocTynneHnm
6bIN0 TAKENDBIM (95,2%), 00YCNIOBNEHHbIM FyOOKUMU
METAOONMTHBIMI HAPYLIEHUAMM, TEMOCUAEPO3OM
BHYTPEHHVIX OpraHoB. [leTn pe3ko oTcTaBanu B Gpurisnve-
CKOM Pa3BuTMK, B OONBLUMHCTBE CyYaeB OTMEYannCh
CHWIKeHVe Typropa TKaHel 1 NCTOHUYeHVe NOAKOXHO-
XUPOBOW KNeTyaTku (66,1%).

[letu Obinv GnefHbIMY, BANBIMUI, HEOXOTHO BCTYNanu B
KOHTaKT. ¥ 60/bHbIX C TanacceMmMen Ha nepBsbIi niaH
BbICTYMNan xapaktepHole Ana HIA cTurmbl: agedopmanims
yepena, NprBoaALLas K GOPMMPOBaHMIO «1KLia 60NbHO-
ro aHemven Kynu» — 6aluerHbin yepen (35,5%), ysenw-
ueHvie BEPXHEN YemtoCTy 1 roTuyeckoe HEOO (72,6%),
3anafeHve nepeHocuLbl (83,9%), oTaaneHve rma3HnuL mn
MOHTONOMAHDBIN Pa3pe3 rnas, BbICTynaHne CKysl, pe3LoB
N KNBIKOB C HapylUeHem NpK1Kyca, aHomanum 3yoos
(KpouleHne, YacToe NopaxeHue Kapuecom) — 24,2%.

Y 60M1bHbBIX C HePMEHTONATUAMM, HACTIEACTBEHHbIM
MUKPOCHEPOLIUTO30M  OTUETIMBBIX CTUMM, KPOME YMo-
WEHWA NEePEHOCHLbI, HE BbISBIEHO.

CocTosAHwMe KoM obcnenyemblx feTei: bneaHom c
BOCKOBMAHbBIM OTTEHKOM Y 17,7%, 6reHO-XenTyLWHOM

C 3eMJIUCTBIM OTTEHKOM — Yy 59,79% 60nbHbIX. Y 77,4%
netel cnmsncTole 000n04YKM Bbinm OnegHbiMY, a B 22,6%
CIyYaEeB — NKTEPUYHBIMW.

[aTonornueckmne nIMeHeHNa Co CTOPOHbI CepaeYHO-
COCYAMCTON CUCTEMbI MPOABAANMCH MPU3HAKaMK
XKNPOBOTO NEPEPOXKAEHNA BONTOKOH MMOKapAa, YTO NO
MOPQONIOMMYECKUM KPUTEPUAM COOTBETCTBYET MMOKap-
anoanctpoduu. C KMMHUYECKX MO3ULINIA, MUOKapaNO-
AnCTpodua npu HIA He nMeeT YETKUX CreumduuecKmx
ANArHOCTNYECKNX KPUTEPUEB, 1 B HALLMX MCCNedoBaHN-
AX NPOoABNANACh B BMAe TaxmKapamn (95,2%), ofblKm

B Nnokoe (64,8%), npurnyLueHna TOHOB cepaua (69,4%),
CHUXEHWA apTepranbHOro AasneHnd. CUCTONMYecKkmm
LWYyM Ha BEPXYLLKE 1 Haf BCe 0bnacTbio cepfla BbiCy-
wweanca 'y 82,3% v 32,3% 60MbHbIX, COOTBETCTBEHHO.
CvelleHmne rpaHnLbl OTHOCUTENBHOW TYNOCTW cepaLa
BNneBo Ha 1-1,5 cm obHapyxeHo y 30,6% 60nbHbIX.

Ha prcyHkax 2 n 3 oTpaxeHbl ypOBEHb apTePUAIbHOMO
[aBNeHVA 1 YacTOTbl cepaeUHblx cokpalleHnit (HCO)

y feten ¢ HI'A B 3aBUCMMOCTI OT CTENEHM TAXECTH 3a-
6oneBaHuA.

Hanbonbliee npakTuueckoe 3HaYeHvie NMEEeT TakxKe uC-
CllefloBaHMe neyeHu 1 ceneséHku, KoTopble npetepre-
BaIOT 3HauUTENbHblE M3MeHeHNA npu HIA. HapylweHne
roMe0CTa3a Xenesa v reMoCnaep03 AaHHbIX OPraHoB
00yCNaBnMBalOT HapacTaHe X Pa3MepoB, 3HaYV-
TenbHOe yBenuueHne oobema K1BOTa, YTO Hamu ObINo
BbIABNEHO Y 23 (37,1%) netenn (1abn.3).

Cpenu 06cnefoBaHHbIX fjeTelt 3HauUTeNbHasA renaTo-
meranus obHapyxeHa y 17 (27,4%), cnineHomeranus —y
23 (37,1%). MNeyeHb BbICTYNaNa Ha 6-12cm 13-nof Kpas
pébepHol ayru, B 4acTu Cydyaes Obifa NAOTHOW U
yMepPEHHO OOone3HeHHOW; cene3éHka yeenvyeHa Ha 8-13
CM, TaKe, Npw Nanbnaynm, bbina NAOTHOM KOHCUCTEH-
LuK. PAL aBTOPOB OTMEUAIOT, UTO YINIOTHEHWE NeYeHn
CBA3aHO C reMOCnAepO30M OpraHa, Yto B COYETaHNM C
drbposzom npusoanT K umpposy [9,10].

Ne3, NtOJ1b-CEHTABPb 2012 T.
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PUC. 3. CPEQHWE BENIMYMHbBI YCC Y OETEA C HIA

TABJINLIA 3. KTUHNYECKAA XAPAKTEPUCTUKA BOJIbHbIX C HFA

AHEMUYEeCKM CUHAPOM

PKenTyWwHbIN CUHAPOM

YBenunyeHve neyenu, B cm (13 nof Kpasa pebepHo oyri):
1-5cm
>5am

YBenunueHve ceneséHku, B cm (M3-nof Kpas pébepHoit ayri):

Y Kpas pébepHoin fyru
1-5cm
>5cMm

CrnefyeT OTMETUTb, YTO 3 BOJIbHbIM, B CBA3M C HE3d-
GEKTUBHOCTBIO KOHCEPBATUBHOM Tepanumn 1 Hannymem
YaCTbIX FEMOMINTNYECKIX KPK30B, Obina Npon3seaeHa
CMIEH3KTOMMA.

113 nabopaTopHbIX JaHHbIX: B NepudeprnyecKkor KposK
aHemuA Nérkom cTeneHy obHapyxeHa y 10 60MbHbIX
(3puTPOLMTOB ObINO 2,9-3,8 MAH., remornoburH — 90-100
r/n, UM-0,7-0,9); y 16 60MbHbIX BbiABNEHA aHEMUA Cpef-
HEel TAKeCTN (3pUTPoUMTOB — 1,7-3,3 MIIH., FeMOrNobUH
—71-89 r/n, UM - 0,65-0,9); aHemusa TAHXKENON CTeNeHn
oTMeueHa Yy 36 60NbHbIX: SPUTPOLMTHI cocTasunn 1,0-2,5
MJTH., reMornobuH — 21-69 r/n, UM - 0,5-0,9).

Moyt y BCex 06CnenoBaHHbIX eTell Bblin BbIABIEHS
PETVIKYIOLMTO3, NeiKomneHns, HOPMOBIacTo3 1 aHK30-

62 100
37 598
37 598
17 274
16 25,8
19 30,6
23 37,1

MOMKMNOUWTO3, @ Y BONbHbIX C TAKENOW CTENEHbIO
aHemun — yckoperHoe CO3, TPOMOOLIMTOMNEHWS, CABUT
nekopopmysbl BNEBO.

YpOBEHb CbIBOPOTOUHOTO »ene3a npesbiwan Hopmy (24
— 46 MKMOSIB/1). OTMEUEHO yBeNMyeHe KOHLEeHTpaumm
obuero bunmpybuna y 37,1% Habniogaembix feTel, B
OCHOBHOM, 3a CUET HenpAMol dpakLmm. VismeHeHnA
boperpamMmmbl XxapakTepr3oBanuch yBenmyeHnem KoH-
LeHTpaummn remornodrHa A2 y 33,9% 6onbHbIX, deTanb-
Horo remornobuHa —y 29%; y 59,7% aeTeit obHapyxeHa
NONOXKKMTENbHAA PeakLMA Ha GepMEHT roK030-6-
bocdatnerngporeHasy. Bo Bcex cnyuasx npoba Kymoca
6blfna OTPULATENBHON.

Ne3, MIOJTb-CEHTABPbL 2012 .
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Y 3HAYUTENbHOMO KONMUYECTBA OOSbHbIX BbIABEHA MMMO-
npotenHemus (32,3%), B OCHOBHOM, 3a CYET r1noansoy-
MUHEMWY, @ TaKXKe AUCMPOTENHEMNA, C NpeobnagaHem
B 1y dpakumin robdynuHa (62,9%).

AHanM3 KOCTHOMO3rOBOIO MyHKTATa BbIABIT PE3KYIO
rMNepnnasnio SpUTPOMAHOIO POCTKA, KOCTHOMO3rOBOW
MYHKTAT — rMneppereHepaTopHbiv. KomyecTso apntpo-
NOHbIX KNETOK AOCTUrano 40%, Y1CNO MUTO30B KPacHOM
KpoBu — 1,5 — 3%. B bonblUMHCTBE CyYaeB OTMEYEHO
cy>keHue 6enoro poctka. OOHapyKMBaNUCh ABNEHNUS
spuTPOdaroymTo3a.

Mpu onpeaeneHnn akTMBHOCTH CyKUMHATAernapore-
Ha3bl (CADN) v anbda-rnuepodochataerngporeHasbl
(a-FOAN numdoumToB Nepudepmrueckon Kposw (40
60bHbIX) BbIABEHbI HUKECTeAYIOLLVE V3MEHEHWA:

Y peten ¢ HIA nérkoii ctenenu (10 60nbHbIX) Cpea-

Haa akTneHocTb CAI cocTasuna 13,2+0,21; a-TOA
—9,3940,32, 4TO AOCTOBEPHO HMXKE MO CPABHEHMIO C MO-
KazaTenamu 340poBbix fetert (17,64+0,1 1 13,39+0,21,
COOTBETCTBEHHO). [TOMVMO 3TOrO, BbIABNEHBI CHUXEHWE
KoabduUmeHTa 3KCLiecca, Bapnaumm U OTHOCUTENBHON
3HTPONUK MHopPMaLmmn no CAM v a -FOAT.

Y peten ¢ HIA cpenHen Taxectn (14 geten) cpeaHas
akTuBHoCTb C/II 6bina B npenenax 11,54+0,25; a-TOAN -
6,8140,28. Ha dOHe HEKOTOPOro YMEHbLLEHNUA Pa3HO-
poaHocTu knetok no CAT, y HYX OOHAPY»KEeHO YMEHb-
WEeHWe KoNMYecTsa nyna NMMGOLUTOB C TUMNYHON
AKTUBHOCTbIO 1 CHUKEHVE Pa3HOObpasms KNeTok.

Y peten ¢ HIA Taxénon ctenexu (16 60MbHbIX) BbisBE-
HO CHWPKeHMe BCexX MoKa3zaTenel KNeToUYHOM Nonynsauum
no aktmeHocTV CAl (CpeaHAa akTMBHOCTb — 9,99+0,25).
CHuxeHme akTmBHocTY a-TOAI (cpeaHAs akTMBHOCTb —
5,3740,21) 66110 0OYCNOBNEHO YMEHbLLIEHEM KO-
yecTBa MMMOOLMTOB C OKONOCPeaHEN aKTUBHOCTLIO, a
TaKXe CHUKEHMEeM Pa3HOPOAHOCTM U pa3Hoobpasmsa
KNEeTOK. V13 BblleyKa3aHHbIX AaHHbIX CliedyeT, uTo cpef-
HAA aKTVBHOCTb GePMEHTOB SHEPreTUYeCckoro obmeHa
(CAM n a-TOAN) 6bina B cpefHem OT 25% (y 6OMbHBIX C
aHemuen nérkow ctenenu) 4o 50% (y aeten c aHemwen
TAXKENOW CTeNeHK), UTO HUXKe, MO CPABHEHWIO C aHao-
TMUYHBIMM NOKa3aTeNnAMM 300POBbIX AeTeN.

Tak1m 06pa3om, NpoBefEHHOE UCCNIeA0BaAHE BbISBUIIO
3HAUNUTENbHbBIE KITMHUYECKME U3MEHEHMS CO CTOPOHDI
BHYTPEHHVIX OPraHoB, a Takxke 3aMeTHYI0 Ienpeccuto
AKTUBHOCTY OKNCTIUTENbHO-BOCCTAHOBUTENbHDBIX SH-
3VIMOB, MPAMO MNPOMOPUMOHANbHYIO CTEMEHN TAKECTY
MaToNOrMYECKOro NPOoLIeCCa 1 YKa3bliBatoLLyto Ha Bbl-
paXkeHHble MeTabonmnyeckme HapyLeHns B OpraHnu3me,
BCJIeACTBYME XPOHNYECKON reMNYeCKOn TnnoKCUm v
HapyWweHNA roMeocTasa xenesa.
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TAIPKMKCKOTO rOCYAAPCTBEHHOIO MELMLMHCKOTO YHUBEPCUTETA Te pa MnnA
WNMEHW ABYAJIU UBHW CUHO

Summary

Clinical-cytochemical parallels in children
with hereditary hemolytic anemia

S.N. Davlatova, K.I. Ismailov, Z.A. Mukhitdinova, L.M. Solieva, M.N. Mirzoyev
Chair of pediatric diseases N°2 Avicenna TSMU

The clinical characteristics and features of enzymatic status of peripheral blood leukocytes in 62
children with congenital hemolytic anemias (NGA) were presented. The authors found significant
clinical changes in the internal organs (hepatosplenomegaly, hypotension, dyspnea at rest, tachycardia,
muted tones of the heart, systolic murmur), and marked reduction in activity of redox enzymes (25 -
50% compared to the control group) pointing to profound metabolic disturbances in the body due to
chronic hemic hypoxia and disorders of iron homeostasis.

Key words: hereditary hemolytic anemia, redox enzymes, hemic hypoxia, hemosiderosis of internal
organs
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